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Scrupulous attention to the wounds is given to prevent risk of infection. Heparin locking is performed at weekly intervals for the first month, at least monthly therafter, and after each sampling or transfusion.
In both babies the device was inserted without complication. The wounds healed well and there have been no infection related or other problems for a patient total of four years. Both children require top-up transfusions at intervals of four to six weeks to maintain adequate haemoglobin concentrations. These and any needle accessing must be performed using the special Huber point, non-coring needles (see figure) . As the life of the silicon membrane of the port is said to be 2000 punctures, some years of use can be anticipated. We perform radiography every four months to observe the position and condition of the systems as the children grow.
Discussion
The length of use of the subcutaneous systems, combined with the lack of restriction on lifestyle in otherwise healthy infants, allows their increasing use with great clinical advantage.2 Risk of infection is widely reported to be lower for the implanted devices than the subcutaneous tunnelled internal-external lines.3 We suggest that this applies particularly in infancy. Likewise thrombotic occlusion is less frequent4 and there is no risk of external fracture. Internal fracture can be anticipated by chest radiography and looking for the 'pinch-off' sign-that is, narrowing of the catheter at any point (usually between clavicle and first rib). If a catheter fragment should embolise it can be safely retrieved using cardiac catheterisation.
Blockage of the catheter can be treated with urokinase, and persistent withdrawal occlusion has also been shown to resolve with thrombolytic treatment when secondary to fibrin sheath formation on the catheter tip.5 6 If the catheter and port should separate, surgical remedy is usually required.
The lack of disruption of normal daily activities after successful implantation is of special importance in children. We have noticed that family stresses are relieved; that is an important aspect of patient care. There is no percutaneous entry site requiring special care or dressing and the child can bathe once the wound has healed. Visits to the hospital are less of a strain because venous access is more readily assured. The onus on medical staff to obtain peripheral venous access in these chubby and otherwise extremely healthy infants is alleviated. Other reports also comment specifically on patient and parent approval and acceptance of these subcutaneous devices.4 Provided the physician is aware of the infrequent complications, we hold that insertion of implantable intravenous access devices in infants, who present long term problems, greatly enhances medical care provided for the baby and family. Further experience will show whether these systems provide complicationfree access in our patients until they are old enough for elective splenectomy to be considered. Experience thus far suggests that this is a safe and happy way to achieve long term intravenous access to assist in optimal management and promote normal development in growing babies.
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In both children small intestinal mucosal biopsy specimens demonstrated either total or subtotal villous atrophy with other microscopic features commonly seen in coeliac disease: crypt hyperplasia, increased number of intraepithelial lymphocytes, heavy lymphoplasmocytic infiltration of the lamina propria, and appreciable lymphangiectasia ( fig IA and 2A) . Sweat chloride concentration, stool chromatography for sugars, duodenal juice and stool microscopy for parasites, liver function tests, urinalysis, and chest radiography were all normal or negative. Concentration of coagulation factors II and VII were decreased and returned to normal after parenteral administration of vitamin K. Both children initially demonstrated a complete absence of serum IgA and IgM. Case 1 had a low IgG concentration of 1-9 g/l (normal range 7-62 (2 09) gl1). Case 2 also had a decreased IgG concentration of 1-6 g/l (normal range 6-61 (2-19) g/l). Examination 
